Introduction
Chronic panniculitis (necrosis of subcutaneous fat) may be associated with a definable underlying disorder, such as systemic lupus erythematosus, pancreatic disease, alpha,-antitrypsin deficiency, neoplasia or trauma.' The term Weber-Christian disease defines a chronic disorder with no identifiable cause characterized by relapsing nodular panniculitis and fever.' Two forms of Weber-Christian disease are recognized.2'3 In Weber-Christian panniculitis the lesions are confined to subcutaneous adipose tissue, and in systemic Weber-Christian disease lesions are found in visceral adipose tissue as well as subcutaneous fat. 3 In the few cases of systemic WeberChristian disease which have been described fully, retroperitoneal lesions have invariably been present, with less constant involvement of the mediastinum, pericardium, myocardium and bladder neck. 3 Milner and Mitchinson3'4 have drawn attention to similarities between the visceral abnormalities of systemic Weber-Christian disease and certain chronic fibrotic disorders such as systemic idiopathic fibrosis, retractile mesenteritis, and idiopathic retroperitoneal fibrosis (IRF). Mitchinson4 suggested that systemic idiopathic fibrosis might be a form ofWeber-Christian disease in which subcutaneous panniculitis was either absent or overlooked, and that IRF might be one manifestation of the more widespread disorder systemic idiopathic fibrosis. Milner and Mitchinson3 further pointed out that 'healed' retroperitoneal Weber-Christian disease might resemble IRF. The complex relations between IRF, systemic idiopathic fibrosis, and systemic Weber-Christian disease proposed by these workers3'4 and echoed by others5 '6 are shown in Figure 1 . This hypothesis is important because it could cast some light upon the aetiology and evolution of IRF, the most common of the conditions mentioned. However, the hypothesis has at least one major weakness. Although retroperitoneal lesions have invariably been present at autopsy in systemic Weber-Christian disease, ureteric obstruction, which is so typical of IRF, has not been reported in this condition.
We describe a patient who developed bilateral ureteric obstruction as a complication of systemic Weber-Christian disease, and discuss the relevance of this observation to the hypothesis that IRF may be a consequence of 'healed' retroperitoneal WeberChristian disease. In addition, the lesions in this patient showed vasculitis and deposition of immunoglobulin and complement, features which support an immunological basis for systemic Weber-Christian disease.
Case report
A 48 year old man was admitted in April 1985 with fever, abdominal pain, weight loss, and a subcutaneous swelling of the right loin. (Figure 3a) . The uneven distribution of the inflammatory changes between lobules was particularly characteristic of Weber-Christian disease.
The least damaged lobules showed microscopic foci of lymphocytes and polymorphonuclear leucocytes infiltrating the walls of small venules and adjacent fat (Figure 3b) The small veins in the terminal septae had grossly thickened walls which were heavily infiltrated by lymphocytes. Surviving smooth muscle cells were swollen with a clear cytoplasm (Figure 3c ). The lumina of these veins although narrow, were infrequently occluded. The small arteries and arterioles also displayed endothelial swelling with thickened walls and segmental loss ofdefinition of the smooth muscle cells. These changes were not confined to the terminal septae as veins and occasionally arteries within larger septae also showed evidence of vasculitis.
Immunopathological studies showed C3, C4 and IgA in the small veins of minimally involved areas (Figure 3d) Another interesting aspect of our case was the progressive visual failure 10 years before presentation. Although ocular features have been described as complications of Weber-Christian disease, namely episcleral nodules,'8 anterior and posterior uveitis'9 and transient visual loss with macular haemorrhages,20 permanent blindness has not. The visual failure was preceded and accompanied by episodic fever and elevation of the ESR and did not respond to corticosteroids. No clear diagnosis was reached at the time. Considering the subsequent evolution of his illness it is tempting to speculate that the visual failure was an early manifestation of Weber-Christian disease, and in view of the pathological changes on biopsy, that the vasculitis may have some relevance to its development. Freedman has also suggested that vasculitis may have been responsible for bilateral macular haemorrhages observed in a patient with Weber-Christian disease.2
The treatment of Weber-Christian disease has generally proved rather unsatisfactory. Our patient did not respond to corticosteroid therapy, an experience shared by others. 8 We chose to use indomethacin because of a single uncontrolled but nevertheless convincing report of an excellent response to this agent.' Our patient responded very satisfactorily in the short term but unfortunately the remission was not maintained. Hydroxychloroquine has been shown to be of some benefit9 but was subsequently unsuccessful in our case. Nevertheless, non-steroidal anti-inflammatory drugs and antimalarials should probably be tried before resorting to immunosuppressive therapy such as azathioprine" and cyclophosphamide.2223
